Background: Classification criteria for the ANCA-associated vasculitides (AAV) were developed in the 1980s, prior to the routine use of ANCA testing. The Diagnostic and Classification of the Systemic Vasculitides (DCVAS) study is an international collaborative project to update classification criteria for each type of systemic vasculitis. Provisional classification criteria for granulomatosis with polyangiitis (GPA) have been developed. Methods: Physicians recorded comprehensive clinical data for newly-diagnosed patients. Derivation of classification criteria involved three phases: i) Expert panel review of cases to identify a gold standard set of cases with subtypes of small vessel vasculitis, ii) Item reduction of >1000 individual items through data-driven and clinical consensus, iii) Criteria derivation using Lasso logistic regression models comparing GPA to other vasculitides. Development and external validation datasets tested discrimination of the model, area under the curve (AUC), sensitivity and specificity. Results: The expert panel confirmed the diagnosis of 492 patients with GPA and 531 comparators. Over 1000 data elements were reduced to 103. Regression analysis identified 22 features as independent predictors. Nine items were ranked highly in terms of their contribution to model performance and face validity, and were retained. Within this model, odds ratios (ORs) for classification of GPA: i) "cANCA or anti-PR3" [OR 134.8 (62.43 to 291.1), p=0], ii) Bloody nasal discharge/ ulcers or crusting or sino-nasal congestion [OR 15.96 (7.92 to 32.2), p=0], iii) Eosinophil count (x10
